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Cases
Intracerebral Hiematoma with Communicating Hydrocephalus in a Neonate P J A Aggett MRCP DCH (Institute ofChild Health, London WC]N IEH) (for D R Harvey MB FRCP) (Queen Charlotte's Maternity Hospital, Goldhawk Road, London W6 OXG) and K Till FRCS (Hospitalfor Sick Children, Great Ormond Street, London WCJ) C L, girl History: Born 18 September 1975 at term to a 24-year-old primigravida. First stage 4 hours; second stage, 40 min. During the second stage, meconium-stained liquor was present. Fetal monitoring by scalp electrode did not reveal evidence of fetal distress. A non-instrumental vertex delivery was achieved. Birth weight 3.13 kg (30th percentile) occipitofrontal circumference (OFC) 34 cm (50th percentile). Apgar scores 7 at I min, and 10 at 5 min. Mild respiratory distress developed at 10 min and meconium was present in the tracheal aspirate. A chest X-ray revealed an anterior pneumomediastinum and patchy consolidation of the right upper lobe. Management with physiotherapy; ampicillin and cloxacillin commenced. At 12 hours of age clonic spasms of the right side involving the face, arm and leg developed. Such episodes lasted up to 4 min, and occurred half-hourly. Between attacks the baby appeared well, breast-fed well and exhibited no neurological signs. Treatment and progress: Phenobarbitone therapy was associated with cessation of fits and some lethargy. At 3 days of age a brief apnoeic episode occurred. Further investigations including a lumbar puncture revealed no abnormality. Progress was subsequently good. Daily OFC measurements were steady and phenobarbitone therapy was discontinued with improvement in the lethargy. Discharged home at 11 days old, breast feeding; weight 3.02 kg; OFC 34 cm; Hb 17.2 g/dl.
Readmitted at 41 weeks with a one-day history of fits, increasing pallor and listlessness and a five-day history of facial asymmetry and squint.
On examination: Weight 3.5 kg, OFC 36.5 cm (75th percentile), tense bulging fontanelles with separation of the sutures. Right facial and abducens nerve palsy; hypertonicity, absent primitive reflexes.
Investigations: Hb 6.5 g/dl; CSF heavily bloodstained, xanthochromia, 80 RBC/ml, numerous degenerate red cells, protein 1.95 g/dl; bilateral subdural taps negative; ventricular taps similar CSF with proteins of 3.8 g/dl on the left and 2.8 g/dl on the right at depths of 1 cm and 1.6 cm respectively. Eight millilitres of CSF taken off with clinical improvement and reduction of OFC to 35.4 cm.
The anemia was corrected with a blood transfusion. The infant was transferred to the Hospital for Sick Children, Great Ormond Street. A skeletal survey was normal. Air encephalography demonstrated a large cavity in the left cerebral hemisphere. This communicated with the lateral (Fig 1) and contained a mass strongly suggesting a haematoma. There was midline displacement to the right and communicating hydrocephalus was noted.
Phenobarbitone was recommended and the child remained stable until she redeveloped fits and her previous neurological signs two weeks later. OFC 38 cm, EMI scan demonstrated increased ventricular dilatation (Fig 2) . Left caroLid and vertebral angiography did not demonstrate any vascular malformation or tumour.
A ventriculo-peritoneal shunt operation was performed using a low-pressure valve.
At 8 months C L had developed well socially. There was a right hemiparesis with evidence of a right hemianopia and hemianesthesia. The right facial palsy was reduced but the abducens palsy persisted. She sat up but had no saving reflex when she toppled to the right. OFC 43 cm (30th percentile). Valve functioning well.
Discussion
This case is interesting because it followed a common neonatal problem. It is proposed that this child developed a left-sided intracerebral hematoma at birth which gradually enlarged during the neonatal period, eventually rupturing into the left lateral ventricle. This event in turn led to a posthemorrhagic communicating hydrocephalus. The etiology of this hemorrhage is uncertain. Of the possible causes, there is certainly evidence of perinatal anoxia but not of any trauma at birth or later. Small vascular malformations can escape detection on angiography and it is also possible for the original Intracerebral hamorrhage is the least common of intracranial hemorrhages in the newborn, its incidence as reported in the literature being about 5 %. In a personal series of autopsies on 126 cases with intracranial hrmorrhage, Craig (1938) described 6 with intracerebral hemorrhages. He noted that they were all infants born at term by vertex delivery. Four deliveries were instrumental, and 5 of the mothers were primigravida. Labour was usually prolonged. All 6 infants had pulmonary atelectasis and 2 had pneumonia. These infants were distressed at birth, and were usually lethargic and slow to feed. Three had convulsions. Some improved a little only to follow the course of the others in developing evidence of raised intracranial pressure, spasticity, and coma leading to death between 12 and 18 days of age. The etiology in these cases would appear to be associated with perinatal anoxia and trauma. Craig noted many hmemorrhages throughout the brain substance. It is not known of course whether C L has had one focal bleed, which would suggest a cryptic vascular malformation, or many, which would favour perinatal anoxia as the cause. There are some common features between this child's history and those described by Craig. This child survived but is clearly handicapped. One wonders about infants who have had fits in the first 24 hours following birth and who, by not following such a dramatic course, become those with cerebral palsy of 'unknown etiology'. He continued to show generalized muscular weakness throughout subsequent months and years, manifesting itself in difficulty in getting up off the floor and a waddling gait with bilateral pelvic tilting. The most striking symptom was ophthalmoplegia, but the deep tendon reflexes remained normal. His mental development proceeded normally and in 1972 his IQ was assessed at 109.
He had two severe attacks of bronchopneumonia, in February 1971 and February 1975. During his admission in 1975 his condition was reviewed and the diagnosis of myasthenia gravis considered. An intravenous test dose of neostigmine resulted in immediate dramatic improvement of his muscle weakness and ophthalmoplegia.
Relevant investigations: Serum autoimmune antibodies all negative; in particular, no skeletal muscle antibodies were detected, including A and I bands. EMG studies inconclusive.
Treatment: Oral neostigmine given since 1972 has had a generalized good effect.
Comment
There are two distinct forms of childhood myasthenia gravis (Bundey 1972): (1) Early onset form, starting under the age of 2 years, where the illness is mild but persistent. It commonly presents as ptosis and ophthalmoplegia, though generalized muscular weakness develops later. Myasthenia frequently occurs in siblings and is probably inherited as an autosomal recessive. (2) The second group has an onset of symptoms between the ages of 2 and 20, clinically resembling adult myasthenia, and is associated with autoimmunity and increased incidence of thyroid dysfunction with no recognizable pattern of inheritance. J G was shown as a characteristic example of the early onset variety.
Postscript (6.10.76): He was tried on pyridostigmine bromide (Mestinon) 15 mg three times a day. His parents did not consider this to be as effective as the previous regime. He complained of more abdominal pain and of greater weakness than previously.
After a month's trial of pyridostigmine the original regime of neostigmine was resumed. He has, however, found that codeine phosphate 15 mg as required is effective in the relief of abdominal pain. 
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